Abstract: Necrobiotic xanthogranuloma is a rare chronic condition, belonging to the group C non-Langerhans cell histiocytoses, which is relevant due to the possibility of extracutaneous involvement and association with systemic diseases, particularly hematologic malignancies. The case reported here was only diagnosed after nine years of evolution and was associated with plasma cell dyscrasia. After treatment with cyclophosphamide, dexamethasone, and thalidomide, there was a reduction of cutaneous lesions and serum levels of monoclonal protein.
INTRODUCTION
Necrobiotic xanthogranuloma (XGN) is a reactive multisystemic histiocytic disease of unknown etiology, manifested by yellowish, red-orange, or brownish plaques and indurated nodules that affect the trunk, limbs, and mainly the periorbital region. 1 It is a rare and difficult to control disease, characterized by refractoriness to treatment and possibility of recurrence, and which requires more consistent clinical studies.
CASE REPORT
A 48-year-old female patient was admitted to the dermatology unit with a nine-year history of yellowish papules, plaques, and nodules, with progressive growth and induration, affecting symmetrically the periorbital, mandibular, cervical, and clavicular and reduction of serum levels of monoclonal protein. Altered laboratory findings included the following: hemoglobin 11.4 g/dL; MCV 76.6 fL; ferritin 16 ng/mL; LDL 220 mg/ dL; β2-microglobulin 4.7 mcg/mL (reference value less than 2.7 mcg/mL); ESR 125 mm/h; monoclonal peak 2.99 g/dL, IgG/ kappa type. Screening for cryoglobulins and antinuclear antibodies was negative, and serum levels of calcium, C3, C4, and renal and hepatic functions were normal. The myelogram identified 13.2% plasma cells and a bone marrow biopsy confirmed the clonality (CD138+ 15%, CD56+ 50%, kappa and lambda negative).
There was no evidence of osteolytic lesions on radiographs of the DISCUSSION XGN is a rare type of group C non-Langerhans cell histiocytosis, 2 which manifests by the presence of confluent papules, isolated or multiple nodules, and infiltrated plaques, yellowish-brown or purplish, with a tendency to symmetrical distribution, affecting the face, trunk, and limbs. Periorbital involvement is typical, present in approximately 80% of cases, although it is not pathognomonic nor essential for the diagnosis. 3 Skin lesions may eventually arise on previous scars, as well as develop telangiectasias, ulcerations, and atrophy. The pathogenesis of XGN is unclear. However, one of the theories suggests that there is a foreign body-type reaction in the dermis and subcutaneous tissue to the complex formed by serum immunoglobulins with lipids. 4 Another theory proposes the triggering of a xanthomatous response after binding of monoclonal proteins to receptors of lipoprotein in monocytes. 4, 6 Among the differential diagnoses of XGN, granuloma annulare, sarcoidosis, and necrobiosis lipoidica should be conside- 
